Idiopathic Steatorrh(ea.-P. D. SAMMAN, M.D.
Mr. R. C., aged 61, attended Westminster Hospital since 1949 with a rash which began on his hands, spread to his feet and legs, and later became generalized. He was an in-patient for six months in 1949 and at that time was found to have a macrocytic anmmia. The hmmoglobin was as low as 40%; R.B.C. 1-5 nillion and colour index 1-3.
It was not until 1952 that he first had diarrhoea with pale watery stools, which pointed to steatorrhmea as the cause of this anemia. The stools were found to contain 20 grams of total fat per 100 grams dried faces. Fat absorption was 68% (normal 90%). Treatment with folic acid and a gluten-free diet produced marked improvement in his general condition but at that time the skin did not improve to any extent. In 1954 the skin steadily improved but during the present year it has gradually deteriorated again.
The appearance of the skin lesions has always been of a dry scaly condition, widely scattered, some quite small, others larger and tending to form rings. At present one of these rings is present on the inner side of the right elbow. The individual lesions have been slightly raised above the surface and are red in colour. The areas most affected have been the arms and legs but at times the trunk has also been involved. The facial appearance is rather characteristic with pale sunken cheeks and an expression of sadness. The scaly lesions, however, have not occurred here. The condition has always been very resistant to local treatment. Around the elbows it has looked at times like dermatitis herpetiformis but without true vesicle formation. Comment.-IJnder the title idiopathic steatorrhoea a condition of the skin is shown in the Nekam Atlas which appears similar to the present case. The photograph in the Atlas was submitted by Dr. Donald Hunter. A number of other skin conditions have been described in connexion with steatorrhoea. It is probable that the various skin conditions are associated with one of the numerous deficiencies that occur in this condition.
(I am indebted to Dr. J. L. Franklin and Dr. R. I. S. Bayliss for permission to show this case.)
The President: It is a very unusual case and it will be interesting to hear if this is the usual eruption associated with steatorrhcea or whether it merely represents degenerative changes in the skin.
Dr. L. Forman: Some time ago I saw an elderly man, a patient of Dr. A. C. Hampson's, at Guy's, who was suffering from a widespread prurigo, with lichenification and pigmentation. He had a macrocytic anmmia. The stools were frequent and contained an excess of unsplit fat. When given crude liver extract and vitamin B. complex he made a considerable improvement. It was thought that the skin change was due to a deficiency either of vitamin B., fatty acid, or calcium.
Dr. R. D. Sweet: I have a case which matches this one in almost every detail. He is a younger man of about 40 whom I have been seeing for four years. He has had idiopathic steatorrhcea for considerably longer and this was helped a little by folic acid and a gluten-free diet, but these measures did not prevent his eruption from appearing or control it in any way. It resembled dermatitis herpetiformis but was not controlled by sulphapyridine. Diaminodiphenylsulphone did seem to do some good but unfortunately it intensified his already severe macrocytic anaemia. About nine months ago he was put on small doses of cortisone, which not only vastly improved his anaemia but also completely controlled his skin eruption.
The close similarity between my case and Dr. Samman's makes me feel that they must represent a true clinical entity.
Dr. Brian Russell: Idiopathic steatorrhoea is a disease in which metabolic disturbances are both numerous and complex. A variety of eruptions may occur with it. I have seen two such patients recently. The first was diagnosed by Dr. Louis Sefton and had previously been regarded as a case of endogenous depression. There was a pellagroid dermatitis and tetany. The other patient who was imder the care of Dr. Kenneth Perry had an erythrodennia with secondary infection and a hemoglobin percentage of 15. Neither patient had lesions which in any way resembled those of Dr. Samman's patient.
The President: I do not think we can deduce from the descriptions that there is any specific eruption in steatorrhoea. JOHNSTOor paralysis (Fig. 1 ).
Investigations.-X-ray of skull: no bony abnormalities. X-ray of the constant. Th los ne,butcsadpnsteeth and mandibles: delayed devel- FiG. 1. -Facial hemiatrophyn Maay 1955o opment of right teeth and mandible. Comment.-Although some cases of facial hemiatrophy exhibit at some stage of their evolution cutaneous sclerosis the condition is clearly not a variety of scleroderma. Extrafacial patches of atrophy of an identical type occur and in neither of the examples shown before this Section recently (Mitchell Heggs and Bornie, 1949; Bettley, 1950) was there any sclerodermatous change It is the subcutaneous tissue which is primarily and constantly affected in this group of atrophies, as Wartenburg (1945) points out, and thus they are clearly separate from both the dermal atrophies and scleroderma. this time a supraclavicular swelling was noted. Since 1947 he has suffered from dysphagia, considered to be due to an oesophageal stricture.
On examination. Recently, discoloured nodules and slight infiltration have appeared on the feet and toes. Brownish pigmentation is seen on diascopy.
The lesions on the buttocks are similar to those on the knees. The glans shows bluish discoloration with scaling.
Investigations.-Chest X-ray normal. Blood count: Hb. 108%; W.B.C. 8,600/c.mm., neutros. 63, lymphos. 35, monos. 2%. E.S.R. 23 mm. in 1 hour (Westergren). Plasma proteins: Total 8-5, albumin 5'1, globulin 3*4grams %. Mantouxl1/1000: Strongly positive. 5.10.55: Result of biopsy: Dr. Whimster reports that the histology of skin of an affected toe shows a very heavy infiltration of the dermis, and to a less extent of the epidermis, with cells which are mainly of the lymphocyte series.
The changes possibly indicate an early reticulosis but there is no positive evidence of
